shows the pedigree of family YEsP with the three affected sibs in generation II. The propositus (11-4) was a 48-year-old woman who died in 1974 after a 9 month illness. The clinical onset and the subsequent 7 months were characterised by slowly progressing unstable gait due to a predominantly truncal ataxia. Mild impairment of memory for recent events, irritability and hypochondria were interpreted as psychoreactive symptoms. However, 2 months before death the patient was clearly demented and unable to stand or walk. In addition to cerebellar signs, Creutzfeldt-Jakob disease between 1974 -1982 . In patients 11-1 and 11-4 the diagnosis was verified by necropsy. Patient 11-5 is a clinically probable Creutzfeldt-Jakob disease.
I
Familial clustering of the ataxic form of Creutzfeldt-Jakob disease with Hirano bodies myoclonic jerks in both upper extremities, bilateral palmomental reflexes and slight distal amyotrophy were observed. Deep reflexes and plantar responses were normal until death which occurred suddenly.
Routine (fig 4) . The . 4 Fig 4 (A) Marked spongiosis ofthe pyramidal layer and moderate gliosis and loss and degeneration ofneurons in the hippocampal cortex ofpatient 11-1 (haematoxylin-eosin). (x 100) (B) An Hirano body adjacent to a shrunken neuron in the hippocampus ofpatient 11-1 (haematoxylin-eosin). (x 500) thalamus was severely affected by intense loss and degeneration of neurons, gliosis and spongiosis most pronounced in the medial nuclei. The striatum showed marked spongiosis and astrocytosis and many neurons were shrunken or missing, but the globus pallidus was intact. Intense gliosis and minimal spongiosis were seen in some hypothalamic nuclei, while moderate neuronal depletion and gliosis involved the mammillary bodies. The changes observed in Cartier, Gdlvez, Gajdusek the brain stem consisted of a severe loss degeneration of neurons of the substantia nigra, free extracellular pigment and abundant Marinesco bodies. In the cerebellar cortex the granule cells were severely diminished in number. Similarly, marked loss of Purkinje cells and many axonal torpedos were observed. More than moderate spongiosis involved the molecular layer and there was widespread microglial proliferation. Those changes were observed predominantly in the vermis. The dentate nucleus had minor cell depletion and gliosis, without spongiosis. Vascular changes were absent. The spinal cord was not available for examination.
Patient II-5 was the youngest of the three affected sibs. He was a 53-year-old man at the time of death which occurred in December 1979, approximately 10 months after the clinical onset. The first 9 months of his disease were characterised by a rapidly progressing gait disturbance with no apparent cause and subsequent memory loss. During a short checkup in hospital he appeared well orientated and cooperative, answered questions appropriately, but showed some memory disturbances. His gait was grossly ataxic and Romberg! s sign was positive, but no nystagmus was noted. Deep reflexes were hypoactive and abdominal reflexes and plantar responses were normal. Bilateral palmomental reflexes were easily elicitable, muscle tone was unchanged, and myoclonus was absent.
Analysis of CSF showed increased protein (0.7 gIl), air studies revealed slight enlargement of both lateral ventricles and the EEG showed a preserved alpha rhythm interrupted by diffuse theta waves. Routine blood and urine examination was normal. At the request of the family he was discharged with progressive deterioration in his mental and physical condition. He died at home two months later and necropsy was not done.
Discussion
The clinical spectrum of typical Creutzfeldt-Jakob disease includes rapidly progressive dementia, signs of higher cortical dysfunction, marked myoclonus, choreiform or athetotic movements, pyramidal and extrapyramidal signs and visual disturbances. Cerebellar signs may be seen early or late in the course of the disease. By contrast, in the cerebellar form of Creutzfeldt-Jakob disease a relatively "pure" limb and truncal ataxia is the prominent neurologic disturbance in the most part of the clinical course, while myoclonus, mental deterioration and equivocal signs of pyramidal involvement appear in an advanced stage, when the patients are no longer able to stand or walk. This particular mode of clinical onset and its temporal sequence so markedly different from those of the typical transmissible Creutzfeldt-Jakob disease may lead to the initial confusion with hysteria, primary spino-cerebellar degeneration or tumour of the posterior fossa. Furthermore, in most cases, as in the patients reported here, the EEG examination does not show the characteristic periodic pattern currently seen in
